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PRIMARY AORTIC SARCOMA: RESECTION BY TOTAL ARCH REPLACEMENT 
Satoshi Sekine, MD, Tadaaki Abe, MD, Keiji Seki, MD, Yoshiki Shibata, MD, and Itsuro Yamagishi, MD, 
Akita, Japan 
Because of the rarity and varying presentations of 
primary aortic tumors, antemortem diagnosis of these 
tumors is difficult. This report presents the case of a 
patient with primary aortic malignant hemangioendothe- 
lioma involving the aortic arch, which was resected with 
total arch replacement. 
A 53-year-old woman was readmitted to Akita Univer- 
sity Hospital with frequent recurrence of a low-grade 
fever. She had been well 6 months earlier after admission 
to this hospital with progressive general fatigue and a 
low-grade fever. During the first admission, no malignant 
disease was detected, and all tumor markers were within 
normal imits. A diagnosis of sacroiliac arthritis was made, 
and she was discharged home receiving a low dose of 
prednisolone (5 mg/day) and loxoprofen (180 mg/day). 
On physical examination at readmission to the hospital, 
she was pale and a systolic grade 2 murmur was noticed 
along the upper right sternal border and the neck. No 
other pathologic conditions were revealed. Laboratory 
examination showed the following values: hemoglobin 7.2 
gm/dl, hematocrit 23.7%, white blood cell count 16.9 × 
103//xl, erythrocyte sedimentation rate 165 mm/hr, and 
C-reactive protein 11.2 mg/dl. Four days later, she had 
sudden cyanosis and numbness of the toes. The dorsal 
pedal pulses were present, and the ischemia improved 
within a day. Electrocardiography showed normal sinus 
rhythm and echocardiography showed no abnormalities in
the heart. The aortitis syndrome was suspected and com- 
puted tomographic scanning of the chest was done, which 
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Fig. 1. MRI of chest demonstrates that tumor (arrow) 
arising from inferior surface of aortic arch occupies 
practically entire transverse aorta and part of ascending 
and descending arch of aorta. 
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Fig. 2. A, Resected aortic arch with tumor. B, Histologic section of tumor (hematoxylin and eosin stain, 
original magnification ×500). 
disclosed an obstruction in the aortic arch. Magnetic 
resonance imaging (MRI) of the chest, with sagittal and 
coronal projections, demonstrated intraluminal tumor in 
the aortic arch (Fig. 1). No intracardiac abnormality was 
noticed. Thus the diagnosis of primary intraaortic arch 
tumor was established. There was no evidence of tumor in 
the lungs or other organs. Because of the obstruction of 
the aortic flow and the suspected pisode of distal embo- 
lization, emergency operation was indicated. 
While the patient was being prepared for operation, a
pressure gradient of 30 mm Hg between the upper and 
lower extremities was observed. At operation, the aortic 
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Fig. 3. Aortogram 1 month after operation. 
arch and its branches were exposed by median sternotomy 
and left collar incision. There was no evidence of tumor 
invasion beyond the aorta and no pathologic hanges of 
other mediastinal organs were noticed. The aorta was 
resected between just above the coronary sinuses and the 
proximal descending aorta with the proximal portions of 
the arch branches and was reconstructed with three 
small-diameter p ostheses attached to a 24 mm Hema- 
shield graft (Meadox Medicals Inc., Oakland, N.J.). 
The tumor was a whitish, irregular elevated lesion, 5.5 
× 5.5 × 1.0 cm in size, and it originated from the intima 
of the inferior wall of the aortic arch (Fig. 2,A). Histologic 
examination revealed the tumor to be malignant heman- 
gioendothelioma. The tumor was composed of primitive 
and bizarre hyperchromatic cells with high cellularity and 
frequent mitoses (Fig. 2, B). No tumor cells were found at 
either end of the resected aorta. The postoperative course 
was uneventful. An aortogram done 1 month after the 
operation demonstrated satisfactory econstruction of the 
thoracic aorta (Fig. 3). The patient has been well for 2 
months since the operation. 
Primary intraluminal ortic tumors are rare and only 37 
cases were reported by 1993. Because of a lack of typical 
presentations and their rarity, antemortem diagnosis is 
difficult, and only a few cases were reported in which the 
tumors were resected. 1-3 In cases with vascular bruit and 
an episode of distal embolization without heart disease, 
primary aortic tumors are considered as possible causes of 
embolic events. 4-6 Although resection of the tumor is 
noncurative in most cases because the initial symptoms 
usually represent an advanced stage, 3 surgical resection of 
the tumors is warranted for the relief of the aortic 
obstruction and distal tumor embolization. For preoper- 
ative evaluation, we found MRI to be the superior aid in 
diagnosis of invasion and extension of aortic tumors in 
comparison with conventional aortogram, which may 
cause serious complications such as distal tumor emboli- 
zation. 
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